SUMMARY A case of basilar artery aneurysm is described. The patient had a family history of similar aneurysms and also of a rare sphingolipidosis, Anderson-Fabry disease.
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Anderson-Fabry disease is a rare X-linked disorder of sphingolipid metabolism in which there is an accumulation of ceramide trihexoside' caused by the absence of an enzyme, ceramide trihexosidase,2 a specific a-galactosidase.3 Wallace4 has reviewed the widespread clinical manifestations, which include a characteristic skin rash (angiokeratoma corporis diffusum), hypertension, renal failure, and neurological manifestations. The latter consist of attacks of severe peripheral pain, strokes, dementia, and other symptoms. Hemizygous males are clinically affected much more than heterozygous females.5
There are characteristic histological changes in many organs, the most significant involving the smooth muscle of the media of small arteries.6 In the central nervous system neurovascular abnormalities are prominent though individual nerve cells are also directly affected.7 Gross dilatation of the arteries at the base of the brain may occur. 4 We describe here a case of basilar artery aneurysm occurring in a woman with a well-documented family history of Our patient was the grand-daughter of Anderson's patient9 (Wallace, personal communication), and the family has been described in detail by Wise et al. 8 Our patient's mother died aged 57 years after a six-month period of apathy and loss of memory, followed by coma for three days. Postmortem examination of her kidneys confirmed that she had Anderson-Fabry disease. There was gross fusiform dilatation of the arteries of the base of the brain, particularly the basilar, and a pontine haemorrhage. Steward and Hitchcock"0 have described these pathological findings in detail. Wallace4 has published a photograph of the brain which shows the vessels to bear a striking resemblance to that indicated by the angiograms in our patient. 
